SUMMARY Nephrocalcinosis has been reported only infrequently in Shwachman's syndrome. We describe a case in which nephrocalcinosis occurred and speculate that this may be due to increased urinary oxalate excretion. Further renal ultrasound examinations at the ages of 3 and 5½/2 months continued to show nephrocalcinosis, more noticeable on the left than on the right. At 7½/2 months, ultrasound examination showed nephrocalcinosis on the left side only; computed tomography of the abdomen performed at the same time confirmed the left sided nephrocalcinosis. Both investigations also showed dilatation of the right renal pelvis and ureter. A stone was visible in the right distal ureter on plain radiographs and computed tomograms.
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The syndrome of exocrine pancreatic insufficiency and bone marrow dysfunction was first described by Shwachman and Further renal ultrasound examinations at the ages of 3 and 5½/2 months continued to show nephrocalcinosis, more noticeable on the left than on the right. At 7½/2 months, ultrasound examination showed nephrocalcinosis on the left side only; computed tomography of the abdomen performed at the same time confirmed the left sided nephrocalcinosis. Both investigations also showed dilatation of the right renal pelvis and ureter. A stone was visible in the right distal ureter on plain radiographs and computed tomograms.
The urine remained sterile, without aminoaciduria or glycosuria. Urinary calcium to creatinine ratio was 0-097 mmollmmol (normal range 0-060-0740 mmollmmol), and oxalate excretion was 0-40 mmol/ 1*73 m2 surface area/24 hours. At 8 months a right ureterolithotomy was performed. Analysis of the stone showed it to be 90% calcium oxalate.
At 11 months, after three months of continuous pancreatic supplementation, the urinary oxalate had Nephrocalcinosis in Shwachman's syndrome 615 fallen to 0*23 mmol/1*73 m2 surface areal24 hours and renal ultrasound showed a decrease in the left sided nephrocalcinosis. Urinary calcium to creatinine ratio was 0-10 mmol/mmol.
Discussion
Renal abnormalities have only rarely been recognised in Shwachman's syndrome. Aggett et al, in their review of 21 children with Shwachman's syndrome, described 10 children with intermittent and variable glycosuria.2 Two children had mild, generalised aminoaciduria and one of these also had tubular acidosis. Marra et al, also described a patient with type I renal tubular acidosis.3 Nephrocalcinosis appears to have been reported only once previously and this was at necropsy; no data are available regarding this child's renal function during life. 2 Hyperoxaluria and renal oxalate stone formation are common in adults with intestinal disease, particularly that of the ileum.4 Fat malabsorption is felt to be the basis of the hyperoxaluria seen in intestinal disease. Long chain fatty acids passing into the colon form soaps with calcium, depriving oxalate of its usual cation and thus increasing its absorption. 5 Ogilvie et al measured urinary oxalate in 62 children with fat malabsorption. Five of the children had pancreatic dysfunction (two with cystic fibrosis, two with Shwachman's syndrome, and one with congenital isolated lipase deficiency). Both of the children with Shwachman's syndrome had hyperoxaluria; one of these was studied again after treatment with pancreatic enzymes and a low fat diet with added medium chain triglycerides, and his oxalate excretion was found to have returned to normal. In none of the children in that study were renal stones shown.6
Our patient showed nephrocalcinosis and produced a stone consisting largely of calcium oxalate. 
